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HEKOMMAKTHbI MMOKAPA, NEBOIO XXE/TYA04KA: CAMNTOM, CUHAPOM UM BAPUAHT

PA3SBUTUA?

Monsak M. E.1, MepLunHa E.A.2, SaknssbmmHckas E.B. "

CVHIPOM HEKOMMAKTHOTO MMOKap[a JIEBOrO Xesynoyka — OTHOCWTENIbHO HOBbIN
[IMarHo3, BOLIEALINIA B KIIMHWYECKYIO NPAKTUKY C YCOBEPLUEHCTBOBAHMEM METOLOB
BU3yanu3aumm cepaua. MpoeoauTcs 60MbLLIOe KOAMYECTBO UCCNEL0BaHUA, MOCBS-
LLEHHBIX FEHETUYEeCKOMY Pa3HO0OPa3uio CHAPOMA HEKOMMAKTHOMO MMOKapaa U ero
BK/aZly B TEYEHWE PA3NUYHBLIX aCCOLMMPOBAHHbLIX kapavomuonatuii. OpHako egu-
HOrO MHEHWS! O MaToreHe3e HeKOMMNAKTHOCTW MUOKapPAA HET, Kak HET 1 €AUHbIX Aya-
FHOCTUYECKMX KPUTEPUEB, 11 PYKOBOACTBA MO JIEYEHMIO 1 AMHAMUYECKOMY Habnoae-
Huto naumeHToB ¢ CHMJTX. B HacTosiLem 063ope Mbl 0606LLaeM faHHble 0 Npupoae
3TOr0 COCTOSHMSI, €r0 FEHETUYECKMX MPUYMHAX, O ANArHOCTVIKE U IEYEHNN.
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NON-COMPACTION LEFT VENTRICLE MYOCARDIUM: A SYMPTOM, SYNDROME OR DEVELOPMENT

VARIATION?

Polyak M.E.', Mershina E.A.%, Zaklyazminskaya E.V."*

The left ventricle non-compaction myocardium syndrome is relatively new diagnosis
entered clinical practice with improvement of the heart visualization methods. There
is plenty of studies on genetic heterogeneity of non-compaction myocardium
syndrome and its impact on a variety of associated cardiomyopathies. However,
there is no single opinion on pathogenesis of non-compaction, as there are no
unified diagnostic criteria and no guideline on treatment and management of
patients with this syndrome. Current review provides a summary of data on this
pathology nature, its genetics, diagnostics and treatment.

BriepBrie (heHOMEH HEKOMITAKTHOTO MHOKapaa OBLT
onucad B 1926r [1]. BonocienctBum HeCKOJIBKO paboT,
OCHOBAaHHBIX Ha pe3yJIETaTaX I1aTOMOP(OIOTHTIECKOTO
WCCIICI0BAaHMS W/WIN BEHTPUKYJIOTpadum, ITOATBEPIIIN
cymecTBoBaHUE “Tyb4yaToro” Mmokapma [2]. LleneHa-
MIpaBJICHHOE M3yUYCHNE HEKOMITAKTHOTO MHOKAapAa CTajIo
BO3MOXHBIM IIOCJIE BHEIOPCHUSI 3XoKapauorpadpuu
(Ox0KTI') B KITMHNYECKYIO TIPAKTUKY, ¥ M30JIMPOBAHHBII
HEKOMITAKTHBIM MMOKapI JieBoro xemymouka (HMJILXK)
obur ommcad B 1984r [2]. JmarHo3 “cMHOPOM HEKOM-
IMAKTHOTO MMoOKapma JieBoro xemymouka” (CHMILXK)
BOIIEJI B KIMHUYECKYI0 TIPAKTUKY OTHOCHUTEIHHO
HEJaBHO — TIEPBBIC TMATHOCTUYECKUE KPUTEPUU OBUTH
nipeaioxkensl B 1990-x rogax [3].

Ceityac (eHOMEH “HEKOMITAaKTHOCTH” MUOKapaa
XOpOIIIO oIrcaH MopgoIormueck. Muokapm rmopaxeH-
HOTO JIeBOTO Xeryaouka (JI2K) cocTront m3 aByx CJIoeB —
W3 TOHKOTO KOMIAKTHU3WPOBAHHOTO SHUKAPIUATBLHOTO
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CJIOSI ¥ YTOJIILIEHHOTO 3HI0KApAUAIbLHOTO CJI0SI C BbIpa-
JKEHHBIMH TpaOeKyJIaMH 1 ITOJIOCTSIMH, HE CBSI3aHHBIMU
¢ KOpPOHApHBIM KpOBOTOKOM (puc. 1). HekoMmakTHEI
MUOKapJ 00Hapy>KMBAEeTCs B OCHOBHOM B Bepxyiuke JI2K,
JaTepallbHOM CTeHKE M, peXe, B MEXKEIyIOUKOBOM
TeperopoaKe, OMMCAHBI U OMBEHTPUKYISIPHBIC (DOPMBI
[4, 5].

CHMUJLX mipogBiiseTcs SBIICHUSIMU CEPACYHOMN HEIO-
CTATOYHOCTH W HapylIeHUSIMU putMma ceprama. [To mHe-
HUIO HEKOTOPBIX aBTOPOB, KIIMHUYECKAsI TPHaaga CUMIITO-
MOB CEepICIHOI HeAOCTATOYHOCTH, XKETYIOUYKOBBIX apUT-
MU ¥ CHCTeMHOM OSMOOIMH — KJIacCHYecKas
xamHnYeckasa kaptuHa CHMIILXK [6]. ITo onpenenennio,
CHHAPOM SIBJISICTCS YCTOMYMBEIM COYCTAHHMEM CHUMIITO-
MOB C €OWHBIMU 3THOJIOTHEW M maToreHe3oM. OmHAKO
maToreHe3 KIMHWYCCKUX IIPOSBICHUI IIpM HaJIWMINU
HEKOMITAKTHOTO MHOKapAa HEM3BECTCH. YUUTHIBAsl 3Ty
HEOIIpeIeICHHOCTh, MHOTIWE aBTOPHI CTaBSIT BOIIPOC
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0 TIPaBOMEPHOCTH TePMHHA “CUHIPOM” TTPUMEHUTEIHEHO
Kk HMJLK. Kpome Toro, ommcaHbl OE€CCUMIITOMHEIC
nauyeHTsl ¢ HMJLXK [5]. OgHako cpoKyn JTUHAMIYECKOTO
HaOMIOOCHUS 3a TaKUMH TallMeHTaMHM OTpPaHUYCHBI,
MW HET JAaHHBIX, KaK JOJITO OHU OCTAIOTCSI O€CCUMIITOM-
HBIMU TIOCJIC TIOCTAHOBKY AMArHo3a, €CTh JIM U3MCHCHMS
B Ka4eCTBE M IMPOHAOJKUTEILHOCTH KU3HH. B HacTosIIIeM
0030pe MBI CYMMUPYEM CIIOXHUBIIHECS (PyHIaMEHTaIb-
Hble M KianmHudeckne tipenctaBieHuss o CHMILXK,
a TaKkxe o0CyxXmaeM CIIOpPHBIC M HepelleHHbIC BOIIPOCHI,
KacaroIIrecs 3TOTO COCTOSTHHUS.

Anuaemuonorua CHMJDK

HecMoTtpst Ha miporpecc, TOCTUTHYTHIN B BA3yaIn3a-
mun n puarHoctuke CHMIIK, ero pacripocTpaHEHHOCTh
He ompeaeneHa. ITo maHHBIM HecKombKuX DXxoKI-umccie-
JloBaHW B3pocioil momymsiimu, yactora CHMJIK kone-
onercss B mpenenax 0,014-1,3% [7]. Cpeau mauueHTOB
C cepaeyHoll HegoctaToyHOCThbIo YactoTa CHMIIXK
BBIIIIe M cocTaBIsieT oKouo 3% [8]. Takue pa3Hble OLIEHKU
yactotel CHMJIK cBsI3aHBI, cCKOpee BCero, ¢ pasind-
HBIMU TTIOIXOMaMU K TUATHOCTUKE W pa3HBIMU METOXAMU
Busyanusanuu. Camast Beicokas yacrora CHMILXK 6buta
oOHapyKeHa Cpeau MalKeHTOB JeTCKOro Bo3pacra — 9%
oT Bcex ciydaeB KapauomuonaTtuu (KMIT) y mereit [9].
Takum o6pa3oM, MO JaHHBIM HECKOJBbKUX PETPOCIEK-
uBHBIX OxoKI wccaenoBanmit, CHMJIK saBnsgercsa
TpeTheit 1o yactotre KMII pmerckoro Bo3pacra mociie
aunatamuonton (JAKMII) (58,6%) u runeprpoduye-
ckoit ('KMIT) (25,5%). Tlpupoma BBICOKOI YaCTOTHI
CHMIJLX y meteii HesicHa. [Ipemmonaraercs, 9To y 9acTu
MMAIIMeHTOB ACTCKOTO BO3pacTa HAOIIOHACTCS “BOJIHO-
00pa3HBIi” (PEHOTUI C BOCCTAHOBJICHHEM CHCTOIMIC-
CKOl (DYHKIIMK HA HEKOTOPHIM IIEpHOI BPEMEHH,
B pe3yibraTe 4ero pa3BepHyTast KIMHWYECKas KapTHHA
HaOJTIomaeTcs yKe BO B3pOCIOM BO3pacTe.

Mnotesbl BO3HUKHOBEeHMS HMJTXK

CyliecTByeT OBE THIIOTE3Bl BO3HMKHOBEHUS (DeHO-
meHa HMJIDK — smOpuoHanbHasgs u “HeaMOpHOHAaJIb-
Hast” (o turiotesa cragun KMIT).

CornacHo »MOpuoHanbHOM THIorese, HMJIIK —
CIICACTBAC HapYIICHUS KOMITAaKTU3alluM MMOKapaa
B mepuon 3MOpuoHaIbHOTO pa3BuTusi. Kamepbl obomx
KeJTyIOYKOB cepIa pa3BUBAIOTCS B Pe3yJIbTaTe BBITISTIN-
BaHWS HApPYXKHOW KPWUBU3HBI MHOKapaa OyJIbO0OBEHTpPH-
KyasapHoi ckiagku [10]. DToT mpoliecc MPOMCXOTUT
MMapaJijieIbHO ¢ (POPMUPOBAHUEM TPaOEKYJI, OPUECHTUPO-
BaHHBIX CHAapyXu (KOMIAKTHHIM 3HIOKapIWaJIbHBIN
CJIOIt) KHYTpH, B HAaIIpaBJICHNN OCCKIETOYHOTO BHEKIIC-
TOYHOTO MaTpuKca (KapIHaJIbHOTO TeJsT) U TepBUIHOMN
ITOJIOCTH XeynoukoB [10]. Poct Mruokapma TecHO Koppe-
JIPYeT C YBEIMICHUEM TPaOCKYISIPHOCTH U (pOopMUPOBa-
HHEM “Tyouaroro” Mmokapaa. K KOHITy mepBOro Tpume-
CTpa BHYTPUYTPOOHOTO pa3BUTUS B YeIOBEUECKOM
cepalie HabJIIoAAI0TCS XKeyI0UKOBbIe TpaOeKyJbl B BUIE

Puc. 1. Cnyyaiti HekomnakTHoro muokapga JIX: dparment MPT naumenta 1.,
23 ropga. Ctpenkamu 0TMEYEH HEKOMMAKTHbIV CNOV MMoKapaa.

SHIOKApANATbHBIX BEICTYIIOB. DYHKIIMOHAIEHOE 3HAYC-
HUE TpaOeKylIIpHOCTH B OSMOPHOHAIBHOM CEpAIle
M3y4eHO HeIOoCTaTOUHO. BO3MOXHO, 3a cueT HUX obectie-
YUBACTCS BO3MOXHOCTh HapallliBaHMSI MacChl MOKapaa
¥ OCYIIIECTBIISICTCSI BHYTPUCEPACUHBIN KPOBOTOK IO pa3-
BUTHSI KOpOHapHBIX aptepuii [11]. Haunnag ¢ 8 Henenm
BHYTPUYTPOOHOTO Pa3BUTHS, TPAOCKYISIPHON CIIOM KOM-
MaKTU3UPYeTCs, U K 4 MecsIy (IT0 HEKOTOPBIM JaHHBIM
[12] — k 18-0i1 Hexee) TecTallM KOMITAKTU3UPOBAHHBIN
MHOKapI, YK€ COCTABIIACT OOIBIIYIO YaCTh CepIlia SMOpPH-
oHa. KoMmmakruzamnusi TpaOeKyIsIpHOTO CJIOSI IPOMCXO-
IIUT TI0 HAIIPaBJICHUIO OT OCHOBAHUS Cepilla K BEpXYIIIKe
¥ CHapyX1 BOBHYTPb — OT 3MHKapaa K 3HmoKapmy. I1po-
mecc 3aBepiraercss GopMUPOBaHNEM CITMPAIBHOM CTPYK-
TYpHI BOJIOKOH MMOKapa, OTBETCTBEHHOM 3a “CKpydHnBa-
HUe” MMOKapIa BO BpeMsI cokpaiueHus [2]. B momp3y
TUIIOTE3BI HAPYIIICHUST SMOPHUOHAIBHOTO pa3BUTHS TOBO-
PSAT HECKOJIBKO (pakToB. Bo-TIepBBIX, BepXyIlllKa cepilla
BCEra BOBJIEUCHA B IIATOJIOTHUYECKUM IIpOIEcC IIpHU
CHMJLK, a "MeHHO Ha BepXyIlIKe 3aKaHIMBAETCS IIPO-
IecCc KOMMaKTU3allni. Bo-BTOPBIX, CIIOM HEKOMIIAKT-
HOTO MUOKap/a pacliojlaraeTcsl Bceraa SHIOKapaNaIbHO,
YTO COOTBETCTBYET HANPABICHUIO KOMITAKTU3alINH “CHAa-
Py BOBHYTPBH”. B-TpeTbnX, MHOTOUMCIICHHBIC OIIMCa-
aus muarHoctnku CHMJLK BHYTpUyTpOOHO 1 Y HOBO-
POXIEHHBIX HE IO3BOJISIIOT IIPEIIIONIOXUTh Pa3BUTHC
HMIJLX BcnencTBre JIMTENbHO TEKYLIEH KaparuoMKUoma-
™iu [13-16].

M3BecTHO OOJBIITOE YMCIIO TEHOB, KOHTPOIMPYIOIIAX
SMOpPUOTEHE3 CEPILia, OMHAKO UX TOYHAS POJIb B MPOLIEC-
cax KOMITAKTH3ali MIOKapaa B 9MOPHUOHATIEHOM TIePH-
oic M3ydyeHa HemoCTaTouyHo. TakxKe 0OCyxXHaaeTcsl poJjib
TCHOB, KOIMPYIOIINX CapKOMEpHBEIE OCIKM MMOKapia,
B HOpMaJIbHOM aMbOpuoreHese cepana [17]. OgHako aTta
TUIIOTe3a BCE eI HYXIOAeTCsI B 3KCIEPUMEHTATHLHOM
¥ KIIMHUTYECKOM TTOATBEPXKICHIH.

“He-sMOpuoHanbpHass” TUITOTE3a paccMaTpUBaeT
HEKOMITAKTHBIM MMOKAp KaK IpOsSBIcHHE (DYHKIINO-
HaJIbHOM Je3afallTallii, BO3MOXHBIN 3Tall B pa3BUTUU
KapIuOMHONATUN. DTa TUIOTe3a IMMOOKpeIuisieTcs (ak-
TamMu oOHapyxeHuss HMJIK y B3pocibIX MalMEHTOB,
Yy KOTOPHIX B Xofe mpenbimymux IxoKI mcciremoBaHmin
CTPYKTYPHBIX aHOMAJIMA MHUOKapa BBISBICHO HE OBLIO.
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Ta6nuua 1
leHbl, MyTauum B KOTOpPbIX 0GHapyxuBatoTca npu CHMJTXK, n accounnpoBaHHbie ¢ HUMK 3a00neBaHus

Ne HaseaHwe renHa HassaHve 6enka AccouunpoBaHHble 3a601eBaHUs Ccbinka

1 MYH7 Taxenas Uenb 6eTa-mM1osnHa KM, AKMIM, CHMJTX, auctanbHas MMonaTusi C paHHUM 15, 22, 24, 25
Hayanom

2 MYBPC3 Mno3uH-cBaA3bIBaoLWmii 6enok C KM, AKMI, CHMJTX 15, 22, 24, 25

3 ACTC1 OL-aKTUH JAKMM, FTKMM, CHMJTX 15, 22, 24, 25

4 TNNT2 TponoHuH T TKMIM, AKMI, PKMT, CHMJTX 15, 22, 24, 25

5) TPM1 a-1 uenb TPONOMMO3UHA FKMM, AKMM, CHMJTX, 15,22, 24, 25

6 LDB3 LIM-nomeH cesa3biBatoLLmin 6enok 3 OKMM, CHMJTX, MrocdubpunnspHas Muonatus 22,24

7 TAZ TadpdasuH Cunppom Bapta 15,25

8 TNNC1 Tpononux C AKMM, TKMI, CHMJTX 22

9 TNNI3 TponoHuH | TKMM, PKMM, AKMI, CHMJTX 15, 22

10 MYL2 PerynatopHasi nerkas Lenb MMo3uHa-2 KM, CHMJTX 22

11 MYL3 Jlerkas uenb M1o3nHa-3 KM, CHMJTX 22

12 CSRP3 LinctenH- u rvumH-o6oratéHHbii 6enok 3 AKMIM, FKMM, CHMJTX 22

13 TCAP TeneToHuH KM, CHMJX, nosicHo-koHeuHocTHast MuoamcTpodus 2G 22

14 CASQ2 KanbcekBecTpuH-2 CHMJTX, kanexonammHepruyeckas Xenyno4koBas 24
Taxvikapaus

15 CALR3 Kanbpetnkynunn-3 KM, CHMJTX 22

16 PLN ®dochonambar JAKMM, FTKMM, CHMJTX 22

17 LMNA JlamuH A/C Mwuoauctpodus Smepu-Apeindyca, AKMM, nunoguctpodus, 15, 24,25
MOSICHO-KOHEYHOCTHas MbilueyHas guctpodus 1B, KM
¢ runoroHagmamom, CHMJTX v gp.

18 DTNA [LunctpobpesuH CHMIJTX, HacnencTBeHHblE NOPOKM cepaua 24

19 mtDNA MwuToxoHApHanbHble 601e3HN 15,25

20 DMD AnctpoduH Mwuoguctpodus [ioweHa-bekkepa 12

21 GLA o-ranakTosugasa BonesHb ®abpu 24

22 SCN5A o-cy6beamnmua Na, 1.5 HaTpresoro LQT3, cuHppom Bpyraga, AKMI, CHMJTI)X, CCCY u aop. 15

KaHana

Cokpauwenus: 'KMIM — runeptpoduyeckas kapavomuonaTus, AKMM — ounataumoHHas kapamomuonatus, PKMIM — pectpukTueHas kapavomuonatus, CHMJTK — cun-
[IPOM HEKOMMaKTHOro M1okapaa Niesoro xenynoyka, CCCY — crHapom cnabocTi CMHYCOBOTO y3na.

Taxxe, mo naHHBIM Arbustini E, et al. [12], TpaH3nTopHas
ITOBBIIIICHHAS TPAOEKYIIPHOCTh MIOKapIa 00HAPYK1Ba-
eTcs1 bosee ueM y 25% OepeMeHHbBIX XKEHILMH, YTO I103BO-
JISIET paccMaTpUBaTh €€ KaK BapHaHT (QM3HOJIOTMIECKOM
ajanTaluMy K yBeJdudeHHOU Harpyske Ha JI2K. ABTOpbI
MIPUBOIIT CBUACTEIbCTBA HAIWYASI HEKOMIIAKTHOTO
MHOKapaa y MOJOIBIX CIIOPTCMCHOB WM y ITaIlEHTOB
C CEepHOBUIHO-KIECTOUHOU aHemmeil. OTMCaHBI clydan
“perpecca” DxoKI-mmpuznakoB HMJIK mocne pecuH-
XpoHM3UpYIollel Tepanuu [18], yTo TakKe Oojiee BEpo-
SITHO B CJIydae BTOPMYHOTO XapaKTepa IIpoliecca.
HMJIX yacto oOGHapyxXuBaeTcsl MpU BPOXIEHHBIX
3a00JICBAaHUAX PA3INYHON TEHETMYCCKON IIPHUPOIBI:
MHUTOXOHIPHUATBHBIX OOJIE3HSIX, MOHOTCHHOUW CHHIPO-
MaJIbHOM TIaTOJOTUM (CMHIOPOMEI AubIiopTa, HyHan),
XpPOMOCOMHBIX HapylleHMSIX (CuHApoM Aeneuuu 1p36
U Ap.), IpU BpOXKAEHHBIX TTopokax cepaua [S]. [Ipenacras-
JISICTCST MAJIOBEPOSITHBIM, YTOOBI Y 3a00JIeBaHUI ¢ TaKOM
pPa3HOOOpa3HO TeHEeTUYECKOM IIPUPOAOM U pasind-
HBIMH MOJICKYJISIPHBIMA MEXaHM3MaMU pealn3alliiu
ObUTa emuHAS TUCKPETHAS MPUIMHA HAPYIICHUS pa3BH-
™1 Muokapaa. Ckopee MOXHO IIPEOIIONIOXUTh, 9TO

(eHOMEH HEKOMITAKTHOCTA MUOKap/a SIBJISIeTCS BapUaH-
TOM YHUBEPCAJIBLHOTO OTBETA Ha paccoriacoBaHUe MoJie-
KYJISIDHBIX CUTHAJIOB B 3MOpHOTeHE3e, PacCTpOMCTBa
MeTabom3Ma, (GYHKINOHATIBHYIO ITeperpy3Ky WA HECO-
CTOSITEJTBHOCTh CAPKOMEPHBIX MU CTPYKTYPHBIX OEJIKOB
MUOKapJa.

CymecTBoBaHNE TEPEKPHIBAIOIINUXCSI (HEHOTHUIIOB
(HMJIK+TKMII, HMJI2K+IKMII u T.0.) 1 ciyyau
HaJIMIMS HECKOJIBKUX TUIIOB KapIHMOMMOIIATHI Y HOCH-
TeJIei OHOTO U TOTO XK€ TeHETUUeCKOTO JeeKTa B OJHOM
CeMbe TaKX€ CBUAECTEIbCTBYET B MOJIb3Y “HEIMOPHO-
HaJIbHOM” THUIIOTE3bI, OMHAKO CTaBUT BOIIPOC, ITOYEMY
3TOT BapMaHT Je3aJalTallui pa3BUBaeTCs TOJbKO Yy YaCTH
MalMEeHTOB.

Knunuueckas u monekynapHas reHetuka HMJIK

HecMmoTpss Ha OTCyTCTBHE €OMHOW TOYKU 3PCHUSI
Ha aTuosoruo M mnaroreHe3 HMJIK, Bwicokas moist
HacjencTBeHHbIX ciyyaeB HMJIK ormevaeTcss Bo MHO-
X uccienoBanugx. B uccnenoBanun Probst S, et al. [19]
0 pe3yjbrataM o0ciiegoBaHust 63 ceMeil HacjaeICTBEH-
Hblii xapakrep CHMJLK 6bi1 ycraHoBieH B 25% ciy-
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yaeB. I1o mannbiM Ichida F, et al. [20], v 44% obGcneno-
BaHHBIX ITAIIMCHTOB HAOIIOHAJICSI CEMEIHBIN XapaKTep
3a00J1€BaHNUS, C ayTOCOMHO-IOMUHAHTHBIM HAaCJeI0Ba-
HueM B 70% ciyyaeB U X-CLEIJICHHBIM PeIleCCUBHBIM
B 30%. Hanbosee mojHOE B 3TOM OTHOLLUIEHUHU MCCJIENO0-
BaHue O0bpuUTO onmyoimKkoBaHo Hoedemaekers Y, et al. [21]
B 2010r. beuto o6cnemoBaHo 56 mpoGaHIOB, MOJIEKY-
JISIPHO-TEHETHMYECKOe HCCIICAOBAaHNE BKIIOYAIO B cebs
cekBeHUpoBaHue 17 reHoB. CeMeiTHBINM XapaKTep 3a00I1e-
BaHMS MPOCeXUBaJICcS B 67% ciydaeB, OMHAKO TEHETHU-
yeckuil aedeKT yganoch obHapyxuth B 50% moarsep-
XKIEeHHBIX UHCTpYMeHTalIbHO ciaydasx HMJLK. Yeenunue-
HUe Joiu ceMerHbIXx ciaydaeB HMJIK mo cpaBHeHUIo
¢ uccnegoBanneM Ichida F, et al. cBsg3aHO, cKopee Bcero,
c Oojiee meTalbHBIM OOCJICHOBAaHMEM POICTBEHHUKOB
npobaHaoB.

Bo Bcex mpuBeIeHHBIX MCCICIOBAHUSIX ayTOCOMHO-
JTOMMHAHTHEIN TUIT HACJIeIOBaHMS OMMCaH KaK Hauboee
yacteiit mpu CHMJIK. Couetanne HMJIZK 1 BpoxkaeH-
HBIX TTOPOKOB ceplla, mo gaHHbeIM Towbin JA [22], Takke
B OOJIBIIIC YACTW CIIydaeB HACJIEOyeTCs ayTOCOMHO-
IOMWHAHTHO C BapuabelbHON 3KCIPECCUBHOCTHIO
IIOpOKa B ceMbe. BTOpOIf 110 YacTOTe TUIT HACICTOBAHMS
CHMIJLK — X-cuerieHHBIN pelleCCUBHBIN (HaIlpuMep,
B paMKax cuHapoma bapta), pexke BCTpedaroTcsl ciydan
ayTOCOMHO-PEIIECCUBHOTO M MUWTOXOHIPHUAIHHOTO
HaciemoBaHUs. KiomHWYecKas M reHeTH4YecKas TeTepo-
reHHocTb HMJIK nukTyeT HE0OOXOAMMOCTh AETaIbLHOTO
KIMHUIECKOTO OOCIeIOBaHUS POACTBEHHUKOB IIPO-
0aHIa, T.K. B 9TOM CJIy4ae BO3MOXKHO OIIpeAc/ICHIe THIIA
HacJIeMOBaHUsS W YCTAaHOBJICHNE OMarHo3a JaXe B OTCYT-
CTBHEC BBISIBIICHHOM MyTanmuu. K HacToseMy BpeMeHU
n3BecTHO He MeHee 20 TeHOB, B KOTOPHIX OOHAPYXKMBa-
foTcs MyTanuu y 6ompHBIX ¢ CHMJLXK (Ta6m. 1).

Hawnbosiee yacto o6HapyXKMBalOTCS MyTalluM B T€HAX,
OTBETCTBEHHEBIX 32 Pa3BUTHC PA3TMIHBIX TUIIOB Kapamo-
muonatuii — reusl MYH7, MYBPC3, ACTC1, LMNA,
TPM 1w op., 9TO CBUICTEIBCTBYET B ITOJIb3Y STHOJIOTHIEC-
ckoii oourHoct KMIT 1 HeKOMNakKTHOCTA MUOKap/a.

CHMJIXX 0BT ommcaH y HECKOJBKMX NallICHTOB
C HEPBHO-MBIIICYHBIMU 3a00JICBAaHUSIMU: TUCTPO(PUHO-
natusx (muonuctpodusa HromieHa, bekkepa), 1aMuHO-
MMaTUSIX, MUOTOHWYECKOM mucTpoduu 2 Tuma (MyTaluu
B rene ZFPY9), 6onesnu lllapko-Mapu-Tyr, Tum 1A
(mytamuu B reHe PMP22) [4]. Taxxke HMJIK o6Hapyxu-
BaeTCcs TIPA HEKOTOPBIX XPOMOCOMHBIX abeppanusx. Tak,
HMJLXK gBnsiercsi yacTbio (eHOTUIIA TIPU CUHAPOME
mukponenenuu 1p36. Egmauunsie ormcanus HMJIIK
BcTpevatores pu cuHapoMax Illepemesckoro-TepHepa,
Oraxapa, geneunu 1g43, mucTaabHOU Oeaelun 5q, MOo3a-
WYHOU (hopMe TpucoMmu 22, MUKPOACICITNOHHBIX CHH-
npomax u Jxxopmku u Kopuenuu ne Jlanre. JloBojibHO
yacto, ocobeHHo y gereit, HMJIXK accouuupoBaH
C MUTOXOHIPHMAJIBLHBIMU 3a00JIeBaHMSIMU. B HacTosImee
BpeMs ommrcaHo He MeHee 40 MalMeHTOB ¢ COYeTaHNEM
MUTOXOHApUaIbHOI nmaTonornu 1 HMJIXK [23].

OnHUM U3 TIEPBBIX CUHIPOMOB, IIJIsI KOTOPBIX OBLIO
onucaHo couetanue ¢ HMJIK, O6b11 cunapom bapra,
0o0ycCIIOBICHHBINT MyTanusiMu B TeHe TAZ. Ten TAZ,
pacmoIOXeHHBIT Ha X-XpoMocoMme, KOOMpyeT OeIoK
Tadda3nH, BOBICUEHHBIN B MeTab0IM3M GHoCcdOoInIn-
moB. KimHumyeckme IIposiBICHUSI cuUHApoMma bapra
BKJIIOUAIOT B ce0sI HU3KUI POCT, JIeTKHe KOTHUTUBHBIC
paccrpoiictBa, JKMII, MuToxoHApraabHyl0 MHOMNa-
THIO W TeMaToJIOTHYeCcKKe HapymeHus [24]. CuHapom
Bapra Hacinenyercst X-CIeIUICHHO pelleCCUBHO, ITOpa-
XKasl TMPaKTUIEeCKA MCKIIOUYUTEIBHO MaJbUMKOB; BO3-
pact MaHH(pECTAIIMU KOJIEOJNeTCa OT MJIaIeHYECKOTO
no cpemrero (ot 1 mo 49 net [23]), ogHaKo, KakK IIpa-
BUJIO, pa3BepHyTas KIMHWIECKAsT KapTWHA HabJoma-
eTcs B TIOAPOCTKOBOM Bo3pacTe. K HacTosimemy Bpe-
MeHu accouuanus cungpoma bapra ¢ HMJLK onu-
caHa B HECKOJIBKMX MCCIIeTOBaHUAX [23].

[To pesynmpraTam MccaeIOBaHW MyTalldil TEHOB cap-
KOMEPHBIX OEJIKOB MOKAa3aHO, YTO Ha J0Jio reHoB MYH7
u MYBPC3 npuxoautcst 0kojio 20% mMyTaliuii, BBISIBJICH-
aeix ipu CHMJLX [11]. Jnsa cpaBHennst, mpu 'KMII
myTtauvu B reHax MYH7 u MYBPC3 cocTaBIsIIOT OKOJIO
40% OT BceX BbISIBIEHHBIX MyTalldii. DTU JaHHbIE MOTYT
CBUIETEILCTBOBATh 00 YHUBEPCAJBHOM pOJM TEHOB
MYH7n MYBPC3 B rene3e pasnnuabix KMII. OmHako
B cliydae OOHaApYXKeHUsSI MYTAllMX B TeHAX CaApKOMEPHBIX
OCJIKOB BO3HMUKAET CIICAYIOIINIA BOIIPOC: SIBISICTCS JIU
BBISIBJIEHHBIA T€HETUYECKUN NePEeKT MpUUNHON (HeHo-
meHa HMJLK wnu npuuunHoii passutus KMII, npuen-
mreit Kk peromeny HMJIDK? OTBeT Ha 3TOT BOITPOC MOKET
OBITH ITOJTYYCH B XOJE MCCICIOBAHUN ¢ OOJIBIINM KOJIH-
YeCTBOM ITAIICHTOB, C BHIIIOJIHCHUEM IETATLHOTO (PEHO-
TUITUPOBAHUS ¥ M3YICHUEM KOPPEIISIIHNI MEXKIy TeHOTH -
oM u ¢eHOTHIIOM. B HacTosIIIee BpeMs JTaHHBIX O TAKUX
KOPPEISIIINAX HETOCTaTOIHO.

CormacHo pekoMeHmauusM EBpomeiickoro ooie-
ctBa KapamnonoroB ot 2011r [25], JHK-gnarnoctuka
npu CHMJIK MoxeT OBITH ITTOJIE3HA IJIs TalleHTa
C YCTAaHOBJICHHBIM KapIWOJOTHUYECCKUM IHATHO30M
“CHMJIXK”. PoactBennukam npobanga JJHK-nuarao-
CTHKa PEeKOMCHIOBAaHA B Cllydac BBISIBICHUS MyTallld
y nipobaHa.

B 2000r aBropamu Bowles N, Bowles K u Towbin J
OblIa TIpemJioKeHa “TUIoTe3a OoOIlero ItaToreHesa”
KMII. CorracHo mpemioxkeHHOM TUIIOTe3¢, CTPYKTYPHO-
(byHKIIMOHAIBHBIE CXOACTBA OCJIKOB, ITOBPEXIAeMBIX
M3-32 MyTalllii KOAWPYIOIINX WX T¢HOB, SIBIISIIOTCS TIPH-
YMHOU OOILIHOCTU (pEHOTUIA i1 TPYNIbl 3a00eBaHUI
[26, 27]. B “001umii MaToJIOrMuecKuii myTh” BKIIOYAIOTCS
HE TOJIBKO OEJIKM, HEeTIOCPEACTBEHHO ITOBPEKIAIOIINECS
B pe3yJbraTe MyTallMi KOOUPYIOIIUX WX TEHOB,
HO ¥ OEJIKM, B3aNMOICHCTBIE ¢ KOTOPHIMU HapyIIacTCs
B pe3yJIBTaTe IMMOBPEXICHMS CAaliTOB CBA3bIBaHUS. OTHAKO
TaKOM TUITOTETUICCKUIA “OOIIMIA ATOIOTMICCKUI ITyTh”
TO0Ka HE BBISIBJICH M 9Ta KOHIICIIINS HYXXKIAeTCs B JajThb-
Helle pa3paboTke.
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BraronpusiTHbIA HMIJTK HMJIX
(HEOCIOXHEHHbII) C apuUTMHUAMU ¢ quaTauuei
HEKOMITaKTHBI MUOKap/L
(35% maumenton) Tuneprpoduyeckuit
HexoMmmnakTHbIi HMJLK
MUOKApI B COYCTAaHUN -
¢ MTOPOKAMH CepiIia Tunieprpouyeckuii
HMJIX
HexomnakTHbII MUOKap ¢ auiatauuen
MPaBOro XeJIya0ouKa Win HMJIX (MOBBIILIEHHbI
OUBEHTPUKYJISIPHBII C PECTPUKTUBHOMI pUCK
HEKOMITaKTHBII MUOKap/L KMII CMEpPTHOCTH)

Puc. 2. Cxema knaccudpukaumm CHMJTX Towbin J, et al. (2015).

KnuHuko-puarHoctuyeckue acnektbl CHMJIK

C MmomeHTa omucaHusl (heHOMEHa HEKOMITAKTHOTO
MMOKapa ObUTO pa3paboTaHO 3 TPYITITEI IUATHOCTHYCCKIX
kputepues: Chin T, et al. [28], Jenni R, et al. [29],
u Stollberger C, et al. [30]. B xmuHMYIeCcKOIT MpaKTHUKE HAM-
bonee yacto mpuMmeHsIoTcsT DxoKI-kputepuu Jenni R
(2001):

1. mpu Hanmmuuu npusHakoB HMJIK — orcyrcrBue
COITYTCTBYIOIIEH CepIecTHOI ITaTOJIOTHM;

2. BeIpaxXeHHas runeptpodus creHku JIK, cocTos-
e M3 OBYX CJIOEB. TOHKOTO KOMIIAKTU3MPOBAHHOTO
SMUKAPAUATBHOTO CJIOS U YTOJIIIEHHOTO SHIOKAPAUATb-
HOTO CJIOS C BRIPasKEHHBIMH TPAOCKYIaMU U TIOJIOCTSIMMU;

3. B KOHIIE CUCTOJIBI MAKCHUMAaJIbHOE OTHOIIIEHUE TOJI-
IIMHBI HEKOMITAKTHOTO CJI0ST MIOKapaa K KOMITAKTHOMY
>2;
4. Mo pes3yapTaTaM IIBETHOW HoOIMIIIcporpacdhuyd —
HaJIm4ue KPOBOTOKA B TIYOOKUX MEXTPaOCKYJISIPHBIX
IIPOCTPaHCTBAX.

Heobxomnmo oTMETUTB, 9YTO OCHOBHOE OTpaHUICHHE
BCEX MWCCJICHOBAHMIA, IO pe3yJbTaTaM KOTOPBIX OBLIN
nmpemioxkeHsl DxoKIT KpuTepnun, COCTOUT B MaJIBIX pas-
Mepax 00CIIemOBaHHEBIX BEIOOPOK. B pesymbrare mpemio-
KEeHHBIC KPUTEPUH MOTYT OKa3aThCs HeCIICITN(PITIHBIMMA.
HeiictBurensHo, cornmacHo Ikeda F, et al. [6], mpu obcie-
JOBAaHMU 3[I0POBOM IMOMyasIuuu y 8,3% Juil BBIIOIHSI-
eTcs Kak MUHHMYM omuH OxoKI mgmarHocTwdecKwmit
Kputepuii. Bo3aMOXHO, TIpUHSATEIC B HACTOSIIEE BPEMSI
BOxoKI'-KpuTepry U3NMHUIITHE YyBCTBUTEIBHBI M HEIOCTa-
TOYHO CITCHU(PUIHEL.

MarauTtHo-pe3oHaHcHas Tomorpadust (MPT) cepaira
MOXET TIPUMEHSIThCS IUISI YTOUHCHMSI AMArHO3a IIOCIIe
npoBenennsa DxoKI, takke MPT cepaia mo3Bojser
muarHoctupoBaTh CHMJLK B ciryyae 3aTpyTHEHMS BU3Y-
aJM3aluy BEPXYIIKHU cepana. bbuio MpemioxXHo 1Ba MoA-
xoga kK auarHoctuke HMJIK meromom MPT: kputepuu
Peterson S, et al. [31] u kpurepuu Jacquier A, et al. [32].
CormacHo kputepusiM Jacquier A, et al., Macca HEKOM-
MaKTHOTO MUOKap/a OLIEHMBAETCS KaK pas3HUIA MEXIy
00111e1f Maccoi 1 Maccoil KOMIAKTHOTO MUOKapaa, U3Me-
PEHMUS TIPOBOASATCS B KOHIIE THMACTOJBL. JIMarHOCTHIECKI
3HAYMMOI CUMTAeTCsI Macca HEKOMITAKTHOT'O MHOKapa,

cocrapistionias >20% or oflieil MacChl MUOKapa.
OpnHako, B KIIMHUYIECKO MTPAKTHUKE Yallle IIPUMEHSIIOTCS
MTUATHOCTHYECKNE KPUTEPHH, OLICHUBAIOIINE COOTHOIIIE-
HUE TOJIIWHBI HEKOMIIAKTHOTO M KOMIIAKTHOTO CJIOCB
(xputepuu Peterson S, et al.). CormacHO KpUTEPHUSIM
Peterson S, et al., TMarHOCTUYECKH 3HAYNMBIM CUATACTCS
OTHOIIICHNE HEKOMITAKTHOTO CJI0SI MIOKAapaa K KOMITaKT-
HOMY, TIpeBhIIaloniee 2.3 (M3MepeHNe TONIINHEI CJIOCB
TIPOBOIUTCS B mMacToiry). HecMoTpsl Ha BBICOKYIO IMa-
THOCTUYECKY10 LIeHHOCTh MPT, y Hee ecTb ompeneneH-
HBIC OTPAaHNYCHHS, B OCHOBHOM OOYCJIOBIICHHBIC HEBO3-
MOXHOCTBIO BBHITIOJIHCHUSI HMCCIICTOBAaHMS TaIlMCHTAM
C UMIUIAaHTHPOBAHHBIMU YCTPOUCTBAMH.

Taxxke nnarHoctnka HMJI2K Bo3MoOXXHaA ¢ TOMOIIIBIO
MeToa KOMITbIOTepHOI ToMorpaduu [27].

HekoTopeic aBTOpBI OTMEYAIOT, UYTO YBEIWYCHUE
YacTOTHl IOCTAaHOBKM nmarHo3a “CHMIJLK” o6ycmoB-
JICHO HE TOJIbKO IIOBBIIMICHHEM WH(MOOPMHPOBAHHOCTH
Bpadeii, HO ¥ COBEPIICHCTBOBAHUEM METOIUK BU3YaIH-
3anmu. [Ipr 3TOM, BO3pacTaeT 4YacToTa OOHAPYKCHMS
(beHOMEHA HEKOMITAKTHOTO MUOKapma. OIpaBIaHHOCTb
nocraHoBKH amarHosza “CHMJLK” y 6ecCMMITOMHBIX
MalMEeHTOB ¢ “TyO0YaThiM” MHOKAapIoM B HAaCTOSIIEe
BpeMsT mUCKyTabenpHa. M3-3a OTCYTCTBHS IJIATEIHLHOTO
Teproaa TMHAMIICCKOTO HAOIIOACHUS 32 TAKUMU TIaIIH-
€HTaMU IIPOTHO3MPOBAaHME MCXOJa U OIICHKA pHCcKa BHE-
3arrHON cepaeunoit cmeptn (BCC) B HacTosIIIee BpeMs
HEBO3MOXKHEL.

CornacHO KiaccuduKaumyi AMEpUKAHCKON acCcoIu-
auuu cepaua (AHA, 2006), CHMJLXK siBisietcst caMmocTo-
SATETbHOU (DOPMOM TEHETHMYECKM IeTCPMHHHPOBAHHBIX
KMIT [23]. Omaako xmaccudukanus EBpomeiickoro
Kapauojormdeckoro obmectBa (ECS, 2008) orHOCHT
CHMJILX k “HexmaccupunupoBanabiM” KMII ¢ mocite-
IVIOIIUM IeJIeHHeM Ha “ceMeiHyio” M “HeceMeitHyio”
dopmer. [lepByio IMONBITKY KiIacCH(UIIMPOBATH COO-
creeHHo HMJIXK mnpeanpunstn Towbin JA, et al. [5]
B cBoeM ucciaenoBanuu 2015r. B ero gjoBojibHO 0o0IIMp-
HOI KJTacCU(PUKAIINH YIUTHIBAIOCH HAJTUMINE COITYTCTBY-
foIeit KapauaabHOM MaTOJIOTNH;, KITacCU(UKAITNS B BUIE
OJIOK-CXEMBI TIpeACTaBIcHa Ha puC. 2.

[IporHocTryeckoe 3HadYeHUE (heHOMEHa HEKOMITAKT-
HOTO MMOKapaa, OOHApY:KMBAacMOTO IIPM Pa3IMIHBIX
KMII, ocraercsi cropHbIM, M, BO3MOXHO, pPa3jMYHO
B pa3HBIX BO3PACTHHIX Ipymiax. Kak ObI10 IIpeacTaBiIeHO
BhIlIe B Kiaccudukanuu noarunos HMJLK Towbin JA,
et al., TIPOTHO3 3a00JIEBAaHUS Y B3POCIBIX OIPEACIISICTCS
creneHblo BeipaxkeHHocTH KMII, a He ¢akTom oOHapy-
KEeHUsI HEKOMITAaKTHOTO MHOKAapAa, XOTS OTMEUYEHO, UTO
HaJIMIre HEKOMITAKTHOTO MMOKapIa MOXET YBEIMINBATh
TOCJICOTIepallnOHHBIC PUCKH Y ITAIIMEHTOB ¢ KJIallaHHOM
natosorueit. Takoit moaxon K mporHo3y Tsxkect KMIT
B coueraHuu ¢ HMJIXK mopkperisgercss pe3yjabTaTamMu
uccnegoBannss Amzulescu M.-S, et al. [33], B koTopoMm
OILICHWBAETCSI BKJIAZ ITOBHIIICHHON TPabeKyISIpHOCTH
WINM HEKOMITAKTHOTO MHMOKaplIa B MCXOH 3a00JIeBaHMS
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HaOJIoIeHUe U Teparnus HaOJIoIeHIE

Puc. 3. Cxema KNMHUYECKOro 1 reHeTMYeckoro o6cneaoBaHms npobaHaa v pOACTBEHHMKOB.

y B3pOCJBIX MalMEHTOB ¢ HeuleMuuyeckoir JKMII.
Ilo pesynabraTaM HUCCIeIOBaHMSI, BKJIIOYABIIETO aHAJIU3
ucxonos JIKMII y 162 maiueHTOB, ObLIO YCTAHOBIIEHO,
yro Haauuue u oo6bem HMILK He Koppenupyert
C TSDKECTBIO 3a00JICBaHUS W HE SIBIISICTCS IIPEANKTOPOM
CepIEeYHO-COCYINCTOM CMEPTHOCTU. TSKeCTh KIIMHIYE-
CKOI KapTUHHI 3a00JIeBaHUS OBbLIa OOYCIOBJICHA CTEIIe-
HBIO PEMOIETUPOBAHUS XKEIYIOUYKOB U CHCTOIUYCCKOM
muchyHKImei, Ho He dakToMm Hammamst HMJLK. Taxke
OBLIO TTOKA3aHO, YTO HEKOMITAKTHOCTh MUOKAapIa SIBJIS-
eTCSI 4YacTOM HaXOOKON Yy B3pOCIBIX ITallMCHTOB
¢ IKMII — 36% u 44%, no pe3yabrataM IpUMEHEHUs
pa3TUYHBIX OMATHOCTUYCCKMX KPUTEPHEB. 3adacTylo
TaKWe IMAIlMeHTHl OTBEYAIOT KPUTCPUSIM IHATHOCTUKU
CHMIJLX.

Hoedemaekers Y, et al. [21] Obl1a TIpeuioXXeHa cxema
KIMHUYECKOTO M TEHETUICCKOTO OOCIIeHOBAaHUS TIPO-
OaHma 1 poacTBeHHUKOB (puc. 3). Kak BUIHO 13 IIpuBe-
IeHHON cXxeMbl, yoemmTenbHO ucKmounth CHMILK
Yy POICTBEHHMKOB IIpoOaHAa BO3MOXKHO TOJBKO IIPU
OTCYTCTBHUM BBISIBJICHHOII paHee ITaTOIeHHOW MYTallWH.

Bo Bcex ocTaIbHBIX CTydasix oI HaOMIOACHIEM Kapamo-
JIora OKa3bIBAeTCSA HE TOJIBKO MPOOAHI, HO W POICTBECH-
Huku I u Il crenenu poncrea. Ha naHHbIF MOMEHT pyKO-
BOJCTBO IO IMHAMWYCCKOMY HAONIONECHUIO W Teparmu
CHMJLXK He pa3paboTaHO, 9TO BO MHOTOM OOYCJIOBJICHO
OTCYTCTBHEM KIMHUYECKNX MCCICTOBAHUM C HOCTATOU-
HBIM KOJIMYECTBOM MalleHTOB. I1poBeneHHBIC NCCIEeI0-
BaHMS OXBATBIBAIOT TOJBKO OTIEIbHBIC ACITEKTHI Tepa-
N, TakWe KaK Ha3HadyeHue Oera-0iiokaTtopoB [34],
AHTUKOATYJISTHTHOM Tepanuy, UMILTAHTAIIMN UMILIAHTH-
pyeMoro KapauoBeptepa-geduodbpumisatopa (UKI).
bei1o mokaszaHo, 4yto B rpymnme nauueHtoB ¢ HMJIK
HaOIIOmaeTCsT BBICOKAsl YacTOTa Pa3BUTHSI CEPACUHOM
Henpocrarounoct (NYHA 11I-1V) u BCC [26, 35].
BresiBnerne CHMJLK Ha cragmu BHYTpHUYTPOOHOTO
Pa3BUTHS U Y HOBOPOXKICHHBIX SIBJISICTCSI, TIO-BUINMOMY,
TIPOTHOCTHYCCKH HEOIAarOIpUSITHON HAXOIKOM, M aCCOIIH-
HMPOBAHO C BBICOKMM PHCKOM Pa3BUTHSI XPOHUIECKOM cep-
JIEYHOM HETOCTATOYHOCTH, TpoMOo3Mbosmii 1 BCC [16].
IIupokoMaciiTabOHBIX MCCIIEIOBAHUN UCXOMOB 3a00-
JIeBaHMS Y IMAIIMCHTOB C COYCTaHMEM KapIUOMHOIIATUM
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u HMJIZXK B Hacrosiiiee Bpems mano. Ilo pesynsraram
ucciaenoBanus mauueHTtoB ¢ JKMII u HMJIXK Obuto
nokazaHo, uto Hanuuue HMJIK He Koppenupyer ¢ Ts-
XKeCcTblo 3abojyieBaHus y mammeHToB ¢ JKMIT [25].
Ha stoM ocHOBaHMM OBUIO MPEIIOXEHO HE IMPUMEHSTD
boyiee arpecCUBHYIO TaKTHKY Tepallid y IIalleHTOB
¢ IKMIT n HMJIX.

B 11e710M, Y B3pOCTBIX OOTBHBIX PEKOMEHIYETCS KC-
TPaIIOJIUPOBATh PYKOBOICTBO I10 TePAITNU KapAMOMMOTIA -
it Ha Tepanuio nauredtos ¢ HMJIXK [36], npu Hanu-
YUU CHUXKEHHOM (ppakiuu BeiOpoca JIZK pekomeHayeTcs
NpUMeHITh ctanaapT JedyeHus JJKMII. OgHako HeKOTO-
pBIe aCMeKThl TePallMU SIBIISIOTCS YHUKAJIBHBIMH IS
CHMJLXK. Bompocsl 0 Ha3HauYeHNN aHTUKOATYJISTHTHOM
Tepanuu 1 o0 mMmmantauuu MKJ crout paccMoTpeThb
0co0o0.

B pectpocriektuBHOM nccaemoBannu Stollberger C, et
al. puck Tpom603MOosnu y mauueHToB ¢ HMJLXK ouenu-
BaJICd TIO IIKaJie CHADSZ/CHAZDSZ—Vasc [37]. bovuto
nokasaHo, yto y nauueHtoB ¢ HMJIK u tpom603mM60-
el MM WHCYJIBTOM B aHaMHe3e OalIbl IO IIKaje
CHADS,/CHA DS -Vasc Oblii CyLICCTBEHHO BBILIC.
Takum obpa3oM, 1IKaia CHADSZ/CHAZDSZ—Vasc MOXET
CIIYXWUTh DOIOJHUTEILHBEIM WHCTPYMEHTOM IIPH TIPUHSI-
TAM peIIeHUS O Ha3HAYeHNH aHTUKOATYJITHTHOM Teparn
y naipeHToB ¢ HMJLK. ITpu Hanmnuuu tpomba JIK wnum
JTOKYMEHTUPOBAHHOM (DHOPMIUISIINM TIpeICepanii aHTHU-
KOAryJITHTHYIO Tepalliio CJIeAyeT Ha3HadyaTh HEe3aBHUCHMO
OT 0AaJIJIOB TI0 IIIKAaJIe CHADSZ/CHAZDSZ—Vasc [26].

OmuH u3 HamboJiee CIIOXHBIX acIIeKTOB TepaIltnu
CHMIJIK — pemenue o6 wumninantanun WK]/I.
W3BectHO, uTOo omuH m3 nmoaturoB CHMJIK — Heo-
cnoxuenabit HCJIK 0e3 HapyieHWit putMa cepmiia
1 ¢ OJarompuITHBIM MporHo3oM. Ilockomsky BCC
MOXET OBITh IIEPBHIM CHUMIITOMOM 3a00JICBAaHUS IIPU
KapIMOMUOIIATUSIX, OomeHKY pucka BCC Heobxommmo
IIPOBOAWTHh HaXe VY MAaIUeHTOB, OECCHMIITOMHEIX
Ha MoMeHT obHapyxkeHuss HMJLK. CormacHo peKoMeH-
mauusaM  EBpolmeiickoro o0miecTBa KapIHOJIOTOB
IO TepaIlnH KETYIOIKOBEIX HAPYIICHU pUTMa Cepalla
n npodunaktuke BCC [38], pemmieHne 06 MMIUIaHTALAN
UK y nauumentoB ¢ HMIJIK cTouT npuHUMATh
Ha OCHOBAHHWH TSKECTU TMUACTOINIECCKON TMCHYHKIINU
W HAINYUS YCTOMYUBBIX XKEIYOOYKOBEIX apUTMHI
¢ ucnojib3oBanuem Kputepues misg JKMII. Ina nomoi-
HUTETbHOI olleHKM pricka BCC y malimeHTOB ¢ COXpaH-
Holt (ppakmueit Beiopoca JIK Bennet, et al. mpemaraior
XOJITEPOBCKOC MOHHUTOPHPOBAHME C ICIBI0 MCKIIOUE-
HUSI TapOKCU3MAJIbHON (POPMBI KEITYIOUYKOBON TaxXm-
Kapaun. Takke B Ka4eCTBE JOIOJHUTEIBHEBIX (PaKTOPOB
prcka MoryT paccMmaTtpuBaThes ciaydan BCC B cembe 1/
TN HaJIMIMe CMHKOIIC B aHaMHe3e.

BxJ1an BEISIBIISIEMBIX TeHETHUYCCKIX HAPYIICHMIA B pa3-
BUTHE COOCTBEHHO HEKOMITAKTHOTO MMOKapaa Tpeoyer
TOTIOJTHUTENBHBIX UccenoBanuii [23]. B xome kimHuye-
ckoro oocnenosanmd nauurenra ¢ CHMJIK HeooxonumMo

WCKJII09aTh CHHIPOMAJbHYIO ITaTOJIOTHIO, HEpPBHO-
MBIIIIEYHBIE ¥ MUTOXOHIPHAIBHEIC 3a00J¢BaHUS. YUH-
THIBasl 3HAYMMBIN IIPOIICHT HACICACTBEHHBIX CIyJacB
CHMJIK u mUpoOKWilI CHEKTp acCOLMMPOBAHHON
HaCJICICTBEHHOM MATOJIOTHH, KIMHNYEeCKOoe 00CenoBa-
HUE U MEIUKO-TEeHETUYECKOE KOHCYJIbTUPOBaHKE HEOD-
XOIHUMO TIPOBOAUTH HE TOJIBKO MTAIIMEHTY, HO ¥ POICTBCH-
HUKaM | creneHn poxncrTaa.

Xupypruyeckoe sie4eHme HeKOMMNaKTHOro Mmokapaa

Xupyprudeckas tTaktuka npu HMJLXK onpenensiercsa
TSDKECTBIO CEpPICYHON HEOOCTATOYHOCTA M HaJIWIMEM
KM3HEYTPOXKAIOIMNX HapyIIeHN puTt™Ma cepama. Mmero-
IIHeCsT IyOIMKAIIMK T10 BOIIPOCAaM XUPYPTHUECKOTO JIeUe-
HUsI, B OCHOBHOM, KacalOTCsS TpaHCIUIAHTAlIMU Cepilla
npu HMJIXK, ummnantanum MK/l 1 neyeHnio KiiarnaH-
HOI TAaTOJIOTUH, W TIPEICTABIICHBI ONMMCAHUSIMU OTIACTb-
HBIX KIIMHNYECKUX cIy4daeB. Kak v 1o ocTabHBIM acTieKTaM
HMJIK, ocHoBHasi mpobjiemMa — OTCYTCTBUE IIHPOKO-
MAaCIITa0HBIX WCCICIOBAaHUM, IIOCBSIICHHBIX IMHA-
MHIYECKOMY HaOJIIOMEHHUIO 32 TOCTATOYHBIM KOJIMICCTBOM
nauueHToB ¢ HMJIK. Oechslin E, et al. [7] nHabmonanu
34 B3pocneix nauveHTa ¢ HMJIK Ha npotsskenum 44140
MecsIeB. 3a 3TOT IepHoI BpeMEeHHU Iepecanka cepilla
ObL1a BhimonHeHa 4 marueHtaMm (12%). B psae ciaydaes
B KaueCTBE IMPOMEXYTOUYHOM Tepalmy nepes TpaHCILIaH-
tanueit cepaua mammeHtaM ¢ CHMJIK BeIoNHSIIACH
UMILIaHTauus uckyccTBeHHoro JIZK. B Heckonbkmux
COOOIIEHUSIX ObLI yKa3aH BBICOKUN PUCK OOCTPYKIIMU
BBOIHO KaHIOIN MMIUIAHTUPOBAHHBIX YCTPOMCTB BCIIC -
CTBHE CHEHM(MUICCKON Ty0JIaToi CTPYKTYpPH MHOKapia
[39, 40].

Heobxomumo otmeruth myonmkamuio Gan C, et al.
[41], TOCBSIIIEHHYIO XUPYPTAYCCKOMY YIAICHUIO HEKOM-
MMaKTHOIO CJI0s MUOKapja y mauueHTa 16 net. ITanuenty
C cepleuHoi HemocTaTOYHOCThIO IV (yHKIMOHATBHOTO
kinacca (NYHA) Oblia BHITIOTHEHA YaCTUIHAST PE3CKIIHS
TPabEeKyJISIPHOTO CJIOST MUOKapaa Ha BepXyIIKe cepilla,
HIDKHEM M OOKOBBIX CTEHKaxX XeNymodkKa M 3aMeHa
MUTPAJIFHOTO KJjlallaHA Ha MEXaHWYeCKUU IIpoTes.
B nocneonepailioHHOM MEPUOJE OTMEUEHO YJydllleHWe
coctostHUs 1o 11 ¢yaKmoHampHOro Kimacca (NYHA),
BTOT pe3yNbTaT COXPAHSICSI Ha IPOTSKCHUM OBYX JIET
IWHAMMYeCKOoro HabmoneHus. [1o HammM TaHHBIM, CBe-
IEeHUI 0 IPYTHUX MMOJOOHBIX OIepavsIX B IUTEPATypPe HET.
BesycnmoBHO, maHHas omepallnsl, KOHIIENTYaJIbHO HaIlO-
MUHapas onepauuu pemonaenuposaHusi rpu KMII,
TpeaCTaBIsIeT OOMbIION mMHTepec. OOHAKO HEOOXOINM
IeTaJIbHBI aHAJW3 TPOBEICHHOIO BMEIIATEIHCTBA
M OIICHKA BO3MOXHOCTH €r0 BBIIIOJHECHUSI Y IPYTUX
manuenToB ¢ HMJLK.

3aknioyeHune
M3BecTHO, YTO B MATOJOTMM HET HUYETO TaKOTO, YTO
MPUHIIMITMAIEHO OBl OTCYTCTBOBaJio B HopMe. Hekom-
MaKTHOCTH (“Ty04aTOCTh”?) MUOKap/a SIBIISICTCS HEO0XO-
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IUMOI cTaauelt 3MOpPMOHAJIBbHOTO pPa3BUTUSI CepAla,
XOT$ pOJIb MOBBILLIEHHON TpaOeKyJISIPHOCTU Ha 3TOM CTa-
IVNU Pa3BUTUS OKOHYATEJIBPHO HE sICHA. DTUOJIOTHUSI
U maToreHes rnocr-amMopruonHanbHoii HMJLK Ttakke octa-
JOTCSI HEIOCTAaTOYHO M3yYeHHBIMU.
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